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Total obstruction of the left main coronary artery frequentlyresults in sudden death, and only few patients survive toundergo diagnostic evaluation or treatment.1 Coronaryartery bypass grafting (CABG) is considered to be the
therapy of choice for this condition. Although CABG is rarely per-
formed in patients with Behçet disease, postoperative pseudo-
aneurysm formation is one of the most serious complications.2
Clinical Summary 
A 26-year-old-man with Behçet disease, diagnosed 3 years earlier,
was admitted to our hospital with severe chest pain (Canadian
Cardiovascular Society class III). The diagnosis of Behçet disease
was based on oral aphtha and genital ulcers accompanied by
relapsing iritis. The only cardiac risk factor was smoking. He was
receiving only azathioprine. No signs of myocardial infarction
were found on the electrocardiogram. Coronary arteriography
showed total occlusion of the left main coronary artery, a right
dominant coronary anatomy, and well-developed right-to-left col-
laterals (Figures 1 and 2). Left ventricular function was within
normal limits. The echocardiographic study also showed no
abnormalities. Thallium 201 scintigraphy showed anteroapical
ischemia. A whole body computed tomographic scan failed to
reveal any additional findings. C-reactive protein (3.2 mg/dL) and
erythrocyte sedimentation rate (78 mm per hour) were elevated,
suggesting an ongoing inflammatory condition. The rest of the
biochemical and hemographic results were within normal limits. A
regimen of oral corticosteroids was begun, in addition to azathio-
prine. Subsequently, C-reactive protein decreased to normal levels
and erythrocyte sedimentation rate decreased to below 10 mm per
hour. However, the therapy was continued throughout and after the
operation. 
At operation, the pericardium was adherent to the heart, possi-
bly related to complications of a previous episode of pericarditis.
The left anterior descending artery was thin and fragile. Although
we had planned to operate on the beating heart, we had to switch
to an on-pump procedure as a result of the aforementioned rea-
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sons. The left internal thoracic artery was anastomosed to a well-
developed diagonal branch. The arteries in the circumflex system
were nongraftable. The left anterior descending artery was anasto-
mosed with a saphenous vein graft. The operation was completed
uneventfully after a 2-vessel bypass.
His condition improved after the operation and remained stable
2 months later. However, a follow-up angiogram revealed that the
saphenous vein–left anterior descending artery anastomosis was
occluded and a pseudoaneurysm had developed in the ascending
aorta. On the other hand, the left internal thoracic artery–diagonal
branch anastomosis was patent and was filling the entire left coro-
nary system (Figure 3). A magnetic resonance angiogram showed a
saccular pseudoaneurysm, 25 × 22 × 21 mm in dimension, located
in the right anterolateral ascending aorta, 1.5 cm above the right
coronary artery ostium (Figure 4). The patient is followed up with
magnetic resonance imaging studies at 3-month intervals and will be
reoperated on if the dimensions of the pseudoaneurysm increase.
Discussion
Behçet disease is a systemic, generalized, chronic, inflammatory
disease characterized by oral aphtha, genital ulcers, and ocular
lesions. Cardiac involvement is seen in approximately 5% of
patients with Behçet disease, and abnormalities such as pericardi-
Figure 1. Preoperative coronary arteriogram showed total occlu-
sion of the left main coronary artery.
Figure 2. Preoperative coronary arteriogram showed a right
dominant coronary anatomy and well-developed right-to-left col-
laterals.
Figure 3. Follow-up angiogram revealed that the left internal tho-
racic artery–to–diagonal branch anastomosis was patent and
was filling the entire left coronary system.
Figure 4. Postoperative magnetic resonance angiogram showed a
saccular pseudoaneurysm located in the ascending aorta, 1.5 cm
above the right coronary artery ostium.
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tis, aortic and mitral insufficiency, and endomyocardial fibrosis
have been described. Coronary artery disease in Behçet disease is
extremely uncommon.3 Recurrent superficial or deep migratory
thrombophlebitis develops in approximately 25% of the patients.
Arterial lesions are characterized by the formation of saccular
aneurysms and occlusions.4 Inflammation of small vessels is an
important finding. Venous thrombosis is frequent and may lead to
vena caval obstruction and even to intracardiac thrombosis.5
Surgical treatment for Behçet disease is difficult because the
surgeon must handle fragile, inflamed tissue. Steroid administra-
tion to decrease inflammation preoperatively and postoperatively
may be important.2
The incidence of total obstruction of the left main coronary
artery in reported series ranged from 0.04% to 0.43% of all
patients who underwent cardiac catheterization.1 Although the
clinical presentation varies, it generally imitates severe coronary
artery disease. To survive, these patients need a dominant right
coronary artery and a well-developed collateral circulation. It was
reported that these patients improve well and have a better prog-
nosis after CABG.
We believe it is crucial to eliminate the possibility of coronary
artery disease in patients with Behçet disease who have angina pec-
toris, even if they are very young. Before a surgical intervention, it
is important that these patients be scanned for other system abnor-
malities, especially aneurysms of the aorta and its major branches.
Such findings can have a radical impact on the surgical procedure
to be performed. Careful manipulation of the aorta and steroid ther-
apy may be useful to decrease the possibility of aneurysm forma-
tion. It is clear from our case that these precautions are not enough,
and surgical techniques should be modified to improve the surgical
outcome. To minimize aortic manipulations, no-touch techniques
on the beating heart with the use of in situ arterial grafts can be rec-
ommended when possible. Patients with Behçet disease must be
monitored for postoperative pseudoaneurysm formation with non-
invasive methods to get good long-term results. 
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